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I. 3arasibHi BimOMOCTI

Jep>kaBHHH 00J1iKOBHI HOMep: 02170000481
Jep>kaBHUH peecTpaniliHUI HOMeP: 0115U000127
Oco06J1uBi TO3HAYKHU: Binkpura

JaTa peectpamnii: 06-02-2017

II. Etran BukoHnauus JiP
Homep eramy: 2

Ha3sBa eramny: Busunutu 4yT/uBiCTb i CrienndivHiCTb 1a60PaTOPHUX METOIB Ta BCTAHOBUTHU THII [IATOJIOTIYHOTO
iHriGiTOPY y XBOPMX HAa iIMyHHY KOaryJionariio. Y NalieHTiB 3 NiBULIEHOI0 KPOBOTOUUBICTIO PO3POOUTHI

MIOCJILOBHICTb TECTIB NiarHOCTVKU 3aXBOPIOBAHHS
IToyaToK eramy: 01.2016
3akiHyeHH4d eTamy: 12.2016

Bup, 3BiTHOr0 JOKYMEHTA: [IpoMiXHMIA 3BiT

I11. BinomocTi npo BukoHaBus JIiP

IloBHe HaliMeHYBaHHS IOpUAUYHOI 0coou (a0o ITIB ¢izumyHOi 0c06H): JlepxaBHa ycraHOBa "[HCTUTYT

naToJiorii KpoBi Ta TpaHcdy3iiiHoi MenuuHYu HajjonanbHoi akagemii MeguuHUX HayK YKpainyu"
Kopg 3a €IPIIOY: 02012088

Micue3Haxoa KEeHHSI:

dopma ByracHOCTI:

C(l)epa yIIpaBJIiHHﬂ: HaujonasnbHa akageMiss MEIUYHUX HAYK YKpaiHU

InenTudikarop ROR: He zacrocosyerscs

Poamip opranisanii:

Tenedon: (32) 238-32-47, (032)238-32-47

IV. BizomocrTi npo cniBBUKOHaBLiB JIiP



V. BimomocrTi npo 3amoBHHKa [IiP

IloBHe HaliMeHyBaHHs IOPHIAHYHOI 0ocoou (a6o ITIB pizuyHO0i 0co6H): HanjonanbHa akapemis

MeJMYHUX HayK YKpaiHu

Kopg, 3a €EIPIIOY: 00061125

Micue3HaxoaKeHHS: ByJI. ['epueHa, 12, M. Kuis, KuiBceka 0671, 04050, YkpaiHa
dopma BaacHOCTI:

Cdepa ynpaBiriHHS: HaujoHanbHa akazemist HayK YKpaiHu

ImenTudikarop ROR: He zacrocoyerbcs

Poamip opranisanii:

Tenedon: 380444893981

VI. I>kepeJia, HanpsiMHu Ta oocsiru pinaHcyBaHHs JIiP

IlincraBa ojist npoBeaeHHs [iP: 34 - norosip (3aMOBJIEHHS) 3 IEHTPaTbHUM OPraHOM BUKOHABYOI BIajy,

akazemielo HaykK (TOJIOBHUMM PO3NOPSIHUKAMU OI0pKETHUX KOWITIB Ha TposefeHHs HIIJIKP)

Hampsam (l)iHchyBaHHﬂ: 2.1 - pyHIaMeHTabHI JOCIIIPKEHHS
I>kepesia piHaHCYBaHHS

7713 - KOWTH ep>KO0I0A KeTy

Kopg, nporpamuoi kinacudikarnii BuzaTkis i KpeagurysBaHHs (KITKBK): 6561020

dakTuyHHi 06car ¢piHaHCyBaHHSA (THC. IPH.): 805




VII. BizomocrTi npo IiP
Ha3sBa po6oTH yKpaiHCBHKOIO:

BuBumMTH TUII NATOJIOrYHUX iHTi6ITOPIB 3CifaHHS KPOBi Ta iX IaTOreHeTHYHE 3HaYEHHS Y XBOPUX Ha reMoisito,

iMyHHY KOAaryJIonarito Ta 3 aHTUPOCPOJIIIIHUM CUHIPOMOM

Ha3sBa po60oTH aHIJIiHCBHKOIO:

To investigate the type inhibitors of coagulation and their pathogenesis in patients with congenital and acquired
hemophilia, and antiphospholipid syndrome

Pedepar yKpaiHCBKOIO:

O06'exT mocmimkeHHs - 61 XBOpUii 3i ckapramuy Ha reMOopariyHuil CUHIPOM BiKOM Bif, 6 Mic 10 63 poKiB, sIKi
3HAXOJWJIMCS Ha CTalliOHAapHOMY JIiKyBaHHI, CIIOCTepirajucs abo 3B€pHYJIMCH IJ1s1 BCTAHOBJIEHHS AiarHo3y go Y
"[HCTUTYT NATOJIOTii KPOBi Ta TpaHCy3iitHOI MenuuHu HAMH Vkpainn" (M. JIbBiB). MeTa IpOEKTY: HAa OCHOBI
BMBYEHHSI KiHETUKY I1aTOJIOTIYHUX iHI16ITOPHUX aHTHUTLI CUCTEMU 3CiJlaHHS y BiAIIOBiIb HA HEUTpali3aliio
HOPMaJIbHOIO I1J1a3MOI0 BCTAHOBUTH THII iHI6ITOPY Ta I0ro naToreHeTUYHe Ta NPOrHOCTUYHE 3HAYEHHS y
KJIiIHIYHOMY Iepebiry 3axBOpPIOBaHHS Ta €(PeKTUBHOCTI JIIKyBaHHS XBOPUX Ha reMoisilo, iMyHHY KOAryJonarilo Ta
XBOPUX 3 aHTUDOocPominigHum cuaapomom (APC). KiiHiko-1a60paTOpHi JOCTIIPKEHHS BKIIIOYAJIM KIiHIiYHe
00CTEeKEHHsI, KOaryJoJoriuHi, remMaToJIorivHi, 6i0XiMivHi JOCTiIKeHHs. BUKOpUCTOBYBajM reMaTosIoriuHul
ananizatop Micros 60 T N2 81473, 6ioximiunuii ananizatop Point+180, SR 1907.1674, HaniBaBTOMaTUYHUN
koarysnoMmeTp Helena-C4 N2 C4-2489. Y pe3ynbTaTi IpOBEAEHUX NOCTIIKEHb ceper 61 XBOpOoro 3 reMOpariyHum
CHHJIPOMOM Ta i30JIbOBAaHUM IIO[IOBXE€HUM aKTHBOBAHUM IapLiiajibHUM TPOMOOIIIACTUHOBUM dYacom (AYTY) y
34,4% piarnoctoBaHo remo@iiio A, y 11,5% remodisito B, y 13,1% remodiniio A 3 iHriéitopom no ¢paxropa 3cifnaHHs
VIII (OVIII), y 6,5% HabyTy remodiniio A, y 1,6% HabyTy remodinito B, y 4,9% xBopo6y Binne6panaa, y 27,9%
antudocdonininauii cungpom (APC). 3a peaynbraTamy JOCTIIKEHb Y XBOPUX 3 i30JIbOBAaHUM MMOZOBKeHUM AUTY
PO3p06JIEHO aJITOPUTM J1IAO0OPATOPHOI AiarHOCTUKY IOPYLIEHb I'eMOCTasy, SIKUI BKJII0Ya€e KOPEeKLilHi TeCTU ABOX
BUJIIiB Ta YTOYHIOIOYi TECTH, IKUI BKJIIOYA€ KOPEKLIiMHI TECTU ABOX BUIIB Ta YTOYHIOIOUi TECTH, 1O JO3BOJISE
niarHoctysatu gediuuT (pakTopis Ta gudepeHLioBaTy MPOrpeCUBHUI aIJI0iIMyHHNU iHTi6iTOp I TUIY 3 HEerailHUM
ayToiMyHHUM iHri6iTopom II Turny. Ha ocHOBi BUBU€HHS KiHETHMKY HelTparizalii 1aToJoriYHuX iHri6iTopiB y 3
XBOPHUX Ha HabyTy remodiniio craHosieHo Il Tun iHri6itopy, skuil npuTamaHHUN ayTOIMyHHUM aHTUTINaM. Ha
OCHOBI BUBUEHHS KiHETUKU HENUTpasi3allii 1aToorivyHuX iHri6iTOPiB y 3 XBOPUX Ha HabyTy reMo(iito cTaHOBIEHO 11
TUII iHTiGITOPY, SIKUI1 IPUTAMAaHHMI ayTOIMyHHUM aHTUTIZIaM. IMyHHa KoaryJionaris € pigKiCHUM ayTOiMyHHUM
3aXBOPIOBaHHAM, BUHMKA€E HE3aJI€KHO Bif 3aMiCHO] Teparlii i CipuYnHse reMopariyHi yCKJIaJHEHHS Pi3HOTO
CTYIEHIO TSIKKOCTI, 30KpeMa TSDKKi HeOe3IeuHi 171 XXUTTSI KPOBOTeYi. 3 METOI0 HeraliHoi 3ylIMHKY KPOBOTEUi,
IIpernapaTtom BUOOPY € peKOMOIHaHTHUI akTHBOBaHUH (akTop VII, cybcTutyliiiHa Teparnist KoHueHTpaTamu QVIII
(IX). 3 MmeTo10 BUasIeHHS iHI16ITOPY IPU3HAYaloTh IMyHOIETIpeCaHTH (IIPEeAHI30JI0H, LUTOCTATHKY), I1a3Madepes,
eeKTUBHICTb IKUX € BUOIpKOBOI0. OJHMUM 3 METOIiB NPOPiNaKTUKHU I10SIBM iIMyHHOTO iHTi0ITOPY € JIiKyBaHHS

OCHOBHOT'O 3aXBOPIOBaHHS.

Pedepar aHIJIiHCBKOIO:

The object of study - 61 patients with hemorrhagic syndrome aged from 6 months to 63 years have been diagnosed
and treated in clinic of SI "Institute of Blood Transfusion Medicine and Medical Sciences of Ukraine" (Lviv). Aim: To
set the type of inhibitor and its pathogenetic and prognostic value in the clinical course of the disease and the
effectiveness of treatment of patients with hemophilia, immune coagulopathy and patients with antiphospholipid
syndrome (APS) by investigation the kinetic of inhibitory antibodies in response to adding normal plasma. Clinical
and laboratory studies included clinical examination and tests of coagulation, hematology, biochemical. We used
Micros 60 hematology analyzer T number 81473, biochemical analyzer Point + 180, SR 1907.1674, semi-automatic
coagulometer Helena-C4 S4-2489 number. As a result of research among 61 patients with hemorrhagic syndrome



and isolated prolonged activated partial thromboplastin time (APTT) we received the next distribution of patients:
hemophilia A - 34.4%, hemophilia B - 11,5%, hemophilia A with inhibitor - 13,1%, acquired hemophilia A - 6,5%,
acquired hemophilia B 1,6% , von Willebrand disease 4,9%, antiphospholipid syndrome (APS) - 27,9%. According to
results we provided an laboratory algorithm, which includes two types of corrective tests and specifying tests
which can differentiate deficiency of factors VIII(IX) and type I and type II inhibitors. We found II type inhibitor in 3
acquired hemophilia patients, based on this algorithm, which was a typical autoimmune antibodies. Immune
coagulopathy is a rare autoimmune disease occurs independently of substitution therapy and causes hemorrhagic
complications, including severe life-threatening bleeding. As a control-bleeding agent , the drug of choice is
recombinant activated factor VII, FVIII (IX) concentrates. As the treatment to eradicate the inhibitor
immunosuppression (prednisone, cytostatics) should be commenced in all patients as soon as the diagnosis has
been made. Another effective method is plasmapheresis. The optimal strategy for inhibitor eradication is unknown.
The main method of prevention of immune inhibitor is treating the underlying disease.

Inpexc YIK: 616.15; 615.38, 616.151.514-092: 612.017.1

Koy TeMaTHYHHX PYOPHK: 76.29.33

KepiBHHUKH po6OTH

BiacHe IIpizBuie Im'sa I10-6aThKOBI: Jlorinchkuii Bosogumup €BcTaxoBuy
HayKoBHH CTYIiHB: 1. Mef. H.

BuyeHe 3BaHHS: nmpodecop

InenTudikarop ORCID ID:

JonaTkoBa iHdopmarist:



VIII. HaykoBa (HayKoBo-TexHiuHa) npoaykuist (HTII)

Ha3zga HTII yKpaiHCBKOIO: Asiroputm 71a60paTOPHOI JiarHOCTUKY MOPYLIEHb KOATYJISLIHOTO TEMOCTA3y y
XBOPUX 3 TEMOPAriyHMM CUHIPOMOM Ta i30JIbOBAHUM ITO[JOBKEHUM aKTMBOBAHUM YAaCTKOBMM TPOMGOIIJIACTUHOBUM
gacom (AUTY)

Hassa HTII aHr/1ificbKOIO: Laboratory diagnosics algorithm of coagulative hemostatis distortion in patients

with hemorrhagic syndrome and isolated prolonged activated partial thromboplastin time (aPTT)
HTII, sxy nepezn6ayasiocsi CTBOPUTH:

IIpuunHnu, yepe3s saki HTII He 6ysi0 cTBOpeHO:

OTrpumaHi P€3yJIbTATH: noJlinueHHs e(EKTUBHOCTI JiarHOCTUKM Ta JIiKyBaHHS XBOPUX

l'asy3s 3acTocyBaHHs: 85.11.1 [lispHiCTb JiKyBa/IbHUX 3aK/IafliB FeMATOIOT4HOrO npodimo 85.12 MegydHa

ITPaKTHUKa
PeectpanifiHuii HOMep KapTKH TEXHOJIOTIi:

Omnuc HTII: Anroputm na6opaTopHOi AiarHOCTUKY PO3JIALiB KOAryJIsILifIHOTO FeMOCTa3y Y XBOPUX 3
reMOpariyHuM CUHIPOMOM Ta i3051b0BaHUM AYTY gKuii IPyHTY€EThCS HA BUKOHAHHI JBOX BUJIiB KOPEKLiTHUX TECTIB
- 3aMiHHUX IPOO6 Ha 3MilllyBaHHS Ta SIKICHOTO TECTY Ha HASIBHICTb N1aTOJIOTiYHUX iHTi6ITOPIB 3CilaHHs, O [03BOJIsIE
IiarHoCTyBaTu Aediuut pakTopiB Ta JUQPEPEHLI0BATH TUI IATOJIOTIYHOrO iHTri6ITOPY - HENTPAli3yl04oro npu
BpOKeHiN remodiii, CHOHTaHHOTO IPU iIMYHHIN Koarysormnarii Ta BOBY4aKOBOI'O aHTUKOAryIsiHTY (BA) y XBopux 3

antudocdomnininaum cuagpomom (ADC).
ConiaibHO-€KOHOMIYHA cnpsamoBaHicTe HTII:
BnyiuB HTII Ha moBKiJjjis:
BnpoBanykenHss HTII: Boposamxeno
ITpakTuyHa peasnizanis HTTI
IToyaToK eramy: 2014-2015
3aKiHYeHHs eTamny:
Crnio>KuBavi MPOAYKILii: ikyBasibHi 3aK1a/11 reMaToIOr9HOrO TPOdimo
IlepcnekTHBHI PUHKH: Vkpaina
XapakTep cniBpoOiTHHIITBA 3 iHBECTOPOM
IToTpiOHMUI 00CAT iHBECTHILiH, THC. TPH.:
IIpaBa, 0 HaJAIOTHCS iHBECTOPY IIiCJIsI 3aBepIIeHHs POOOTH:
HasaBHicTb Oi3Hec-1JIaHY:
TexHiKO-€eKOHOMiYHe OOrpyHTYBaHHSI:
IloTeH1iaIbHUE 0OCAT IIPOJASKY, THC. TPH..
OuikyBaHHI TepMiH OKYIHOCTi (pPOKiB):

JopaTtkoBa iHdpopmanist:
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